The Sturge-Weber syndrome, although a rare condition, has attracted considerable interest, resulting in the accumulation of a very extensive literature. In its classical form the syndrome is characterized by (1) a congenital, usually unilateral, capillary naevus ('port-wine stain') affecting the face, particularly the supraorbital region, often associated with buphthalmos or glaucoma; (2) convulsions, usually contralateral to the side of the naevus; (3) typical intracranial calcification, becoming radiologically visible after infancy; (4) some degree of mental subnormality in the majority of the patients; and (5) hemiparesis and homonymous hemianopia contralateral to the brain lesion in a substantial proportion ofcases. Atypical cases orformefruste varieties not displaying all features are well known (Alexander, 1972) and there is probably no reason why these should be excluded by definition from the Sturge-Weber syndrome when the basic pathology-namely, leptomeningeal angiomatosis-is present.
The radiological hallmark of the syndrome is double-contoured curvilinear calcification following a gyral pattern (Alexander and Norman, 1960) , becoming radiologically recognizable later in childhood and involving most frequently the occipital and parietal area. This classical pattern seems to be pathognomonic for Sturge-Weber syndrome. The appearances could perhaps most easily be confused with those seen in ossifying meningoencephalopathy, but a clear distinction on radiological grounds is possible (Wackenheim, 1973) .
Occasionally bilateral intracranial calcification occurs in the Sturge-Weber syndrome, but this is not referred to in any of the widely used textbooks of radiology, neurology, or paediatrics. Therefore, we feel justified in reporting four children with bilateral calcification who have been identified at The Hospital for Sick Children in the past four years. (Collignon and Carlier, 1974 were too young to show calcification and probably a considerable proportion of those children who were not operated on may never have had repeat skull radiographs. The 17 previously described patients (Table 2 ) represent 17 per cent of the total number of cases included in these reports. It could be argued that this is an over-estimate since four out of 13 reports presented only a single case, but it is interesting that 15 per cent (4 out of 26) of the children with Sturge-Weber syndrome seen at this hospital had both hemispheres affected. Because of bias in the selection of patients referred to The Hospital for Sick Children it is debatable whether this reflects accurately the prevalence of bilateral hemisphere involvement. We think, however, it is unlikely that selection operates significantly to allow overrepresentation of bilateral as distinct from unilateral involvement. Indeed the four described children may underestimate bilateral leptomeningeal angiomatosis in our series since there are two other patients with oligophrenia from early infancy who could not be reviewed.
Is it possible to suspect bilateral hemisphere involvement on clinical grounds? Although our experience is limited it seems to us that severe subnormality which is already obvious in the first year of life may suggest widespread cortical disease. Clearly the distribution of the facial naevus is of no help since a bilateral port-wine stain was present in a third of all our referred cases with Sturge-Weber syndrome. The head circumference in the three children displaying later microcephaly was within normal limits in the first year of life, suggesting that this is not of prognostic value at an early stage. However, a fall-off in head circumference beyond infancy may be a valuable indicator since microcephaly is uncommon in Sturge-Weber syndrome. In our limited experience the EEG at an early stage is not a sufficiently reliable guide as far as prediction of bilateral hemisphere involvement is concerned and in later childhood bilateral EEG changes (excess of slow components, low amplitude over some areas) are not uncommon in patients with presumably strictly unilateral leptomeningeal angiomatosis.
Plain skull radiographs have so far been the most helpful investigation. The value of angiography in this respect is doubtful since normal studies have been reported in a number of patients and bilateral involvement has not been proved in cases where bilateral angiographic abnormalities have been found (Bentson et al., 1971) . Computerized axial tomography (EMI scanning) is the most promising method since it is able to detect intracranial calcification before it is recognizable by conventional methods. Three cases with bilateral and six children with unilateral Sturge-Weber syndrome have been investigated by EMI scan and this has revealed larger areas of calcification than evident from skull radiographs.
The indication for operative intervention in Sturge-Weber syndrome is still controversial. Whilst there may be a place for lobectomy or hemispherectomy in certain cases with intractable fits, its potential value is limited to patients with unilateral involvenment only. Early 'prophylactic' hemispherectomy as suggested by Alexander and Norman (1960) would appear to have no place in the management of this condition when uncertainty about the possibility of bilateral involvement exists, especially ifthe more extensive leptomeningeal angiomatosis is as frequent as our figures suggest.
